Introduction {#sec1-1}
============

Warty dyskeratoma is a benign proliferative epidermal disorder, which originates from the pilosebaceous unit.^[@ref1]^ It was first introduced as isolated Darier disease, while in 1957, it was distinguished because of its distinctive histopathologic characteristics.^[@ref2]^ It presents as a skin-colored to gray-pink umbilicated papule, with a keratin-filled center. It is often a single lesion involving the face or neck, although it has been rarely found in other areas, including the nails, hard palate, and genitalia.^[@ref3]^ In histopathology, it appears as a distinct endophytic or exophytic epidermal lesion, which involves at least one pilosebaceous unit. In this type of lesion, epidermis is hyperplastic and cupshaped with a keratin-filled center, and suprabasal acantholysis and dyskeratotic cells are observed. Moreover, necrotic keratinocytes appear as corps ronds and grains similar to Darier disease.^[@ref4]^

Case presentation {#sec1-2}
=================

A 56-year-old woman was referred to our clinic with a six-month history of an asymptomatic mass with a central hole on the right side of the tongue, which was resistant to various topical therapies. Examinations showed a relatively firm pink to white nodule (1.5×1.5 cm) on the right side of the tongue, which was slightly tender upon palpation ([Figure 1](#fig001){ref-type="fig"}). Further examination of systemic physical disorders and local trauma was unremarkable. The lesion was biopsied with differential diagnosis of oral papilloma, Squamous Cell Carcinoma (SCC), and chronic ulcer. The tissue sample was sent to a pathologist for further evaluation.

Pathological examination revealed a hyperplastic mucosal tissue with central invagination, which contained numerous acantholytic and dyskeratotic cells in the upper portion. The lower portion of the invagination was occupied by numerous villi, which were markedly elongated papillae, lining a single layer of basal cells. Chronic inflammation was observed in the underlying fibrotic stroma. The observations were compatible with warty dyskeratoma of oral mucosa. However, there was no classic presentation of a parakeratin plug (Figures 2-4).

Discussion {#sec1-3}
==========

Warty dyskeratoma is a rare benign condition, arising from the pilosebaceous unit. It presents as a slow-growing, skincolored, umbilicated epidermal papule or nodule of variable size (from a few millimeters up to 3 cm). It was initially described as isolated Darier disease, while it was distinguished later because of its distinctive pathological features.^[@ref2]^ It is often reported in middle-aged adults, with a slight male predilection.^[@ref3]^

The etiology of warty dyskeratoma is unknown. Oral mucosa has no piloseaceous unit, and ectopic sebaceous glands, which are present in the buccal mucosa, are associated with oral warty dyskeratoma. Considering the irrelevance of these mucosal lesions to the pilosebaceous unit, some researchers believe that they should not be classified as warty dyskeratoma and use the term "focal isolated acanthlytic dyskeratosis". ^[@ref3]^ In some cases, oral mucosal traumas, such as biting and tobacco use, are suggested as risk factors.^[@ref5]^

Mucosal warty dyskeratoma is a very rare condition, with only 50 reported cases. It presents as a whitish centrally umbilicated papule or nodule on the keratinized mucosa. However, this presentation is not consistent with cutaneous warty dyskeratoma, which is predominantly a skin-colored nodule with a rolled smooth edge and a hyperkeratotic central plug.^[@ref6]^ Cutaneous warty dyskeratoma is mostly found on the head, neck, trunk, or extremities.^[@ref7]^ Intraoral warty dyskeratoma is usually observed on keratinized mucosa, including maxillary and mandibular alveolar ridges and the hard palate.^[@ref1]^ In our case, warty dyskeratoma was located on the right side of the tongue.

Warty dyskeratoma is typically asymptomatic in both cutaneous and mucosal sites. However, it may be associated with bleeding or central drainage.^[@ref8]^ Allon and Buchner^[@ref3]^ published a review of oral warty dyskeratoma and reported 41 cases, including a lesion on the buccal mucosa of an 81- year-old woman. Steele *et al*. also described a case of warty dyskeratoma on the buccal mucosa of a 60-year-old white man.^[@ref6]^ Furthermore, Ugras *et al*. reported warty dyskeratoma-like lesions on the skin of the scalp and face of a 55-year-old woman; however, the patient was finally diagnosed with Darier disease.^[@ref7]^ Peters *et al*. also described a case of warty dyskeratoma (0.4 cm) in a 78-year-old man on the left retromolar trigone with mild tenderness on palpation. ^[@ref9]^

![A firm pink-to-white ulcerated nodule on the right side of the tongue.](dr-12-1-8236-g001){#fig001}

![The image shows a hyperplastic mucosal tissue with central invagination connected to the surface (hematoxylin and eosin staining; 100X magnification).](dr-12-1-8236-g002){#fig002}

![The image shows numerous villi composed of elongated papillae, which were lined with a single layer of basal cells, projected upward from the base of invagination (hematoxylin and eosin staining; 200X magnification).](dr-12-1-8236-g003){#fig003}

![The image shows high magnification of villi structures in the bullous space with acantholytic and dyskeratotic cells (hematoxylin and eosin staining; 400X magnification).](dr-12-1-8236-g004){#fig004}

In order to distinguish oral warty dyskeratoma from similar lesions, such as SCC, keratoacanthoma, and Darier disease, histopathological evaluation is necessary. Although it may mimic SCC because of its verruciform appearance and chronic ulceration, it is histologically distinguishable, as there is no atypia or mitotic activity in warty dyskeratoma. SCC does not have a cupshaped appearance.^[@ref10]^ On the other hand, keratoacanthoma appears as a cup-shaped lesion, but does not show dyskeratosis and does not occur inside the mouth.^[@ref3]^ Darier disease is usually associated with multiple lesions, while oral mucosa has a cobblestone appearance in oral Darier disease. In addition, no mutation of *ATP2A2* gene has been found in oral warty dyskeratoma.^[@ref11]^ First-line treatment of warty dyskeratoma is excision of lesion by surgery. Regarding the benign nature of this lesion, complete excision is easily performed after confirming the diagnosis. It should be noted that there is no risk of recurrence or malignancy in patients with this type of lesion.^[@ref5]^
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